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Extrarenal angiomyolipoma is an uncommon disease entity and is rare in the retroperitoneum. We report
a case of giant extrarenal retroperitoneal angiomyolipoma mimicking liposarcoma. A 35-year-old woman
presented with a history of increased abdominal circumference and urinary frequency. Abdominal
computerized tomography demonstrated a 24 × 21 × 16 cm retroperitoneal fatty tumor displacing the right
kidney to the left upper quadrant of the abdomen. At laparotomy, the tumor was widely excised and
the right kidney was successfully preserved. Final histologic examination identified the tumor as an
angiomyolipoma. At 4-month postoperative follow-up, no evidence of tumor recurrence was found and
the right kidney was fully functional.
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Angiomyolipoma, a benign mixed mesenchymal tumor,
occurs predominantly in the kidneys. Extrarenal
angiomyolipomas are uncommon but have been reported
most often in the liver and the uterus [1]. Extrarenal
retroperitoneal angiomyolipomas are rare, and it may be
difficult to differentiate them from liposarcomas
preoperatively because both types of tumors have fatty
components [2]. To our knowledge, seven cases have been
reported in the literature. We report a case of giant extrarenal
retroperitoneal angiomyolipoma that was completely
excised with successful preservation of the kidneys.
CASE PRESENTATION
A 35-year-old woman visited our gastrointestinal outpatient
department with the chief complaint of a progressively
increasing abdominal circumference over the past year.
Other associated symptoms included occasional diarrhea,
immediate defecating sensation after meals, and urinary
frequency. Physical examination revealed a palpable mass,
with elastic to firm consistency, that nearly occupied the
entire abdomen. The mass was non-movable. Neither
tenderness nor rebounding pain were noted. The skin
changes associated with tuberous sclerosis were not present.
Tumor markers, including carcinoembryonic antigen, cancer
antigen 199 (CA 199), CA 125, and α-fetoprotein, were
all within normal limits. Urinalysis and blood biochemical
evaluations were unremarkable. Abdominal ultra-
sonography showed a hyperechoic mass displacing the
right kidney to the left upper quadrant of the abdomen.
Abdominal computerized tomography (CT) documented a
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giant retroperitoneal tumor that had a large fatty component
with multiple separated lobes. There were no intrarenal
lesions. The right kidney was ventrally and cranially
displaced without hydronephrosis (Figure 1).
The patient was transferred to the urologic department for
surgical intervention for suspected liposarcoma. Angiographic
embolization revealed prominent neovascularity and tumor
blush, mainly from the right lumbar artery. Laparotomy was
carried out through an abdominal midline incision. A
retroperitoneal mass that was 24 × 21 × 16 cm, solid, well-
circumscribed, with a gray-yellowish appearance and weighing
2,800 g, was completely excised. During tumor excision, no
obvious adhesions were noted around the colon and inferior
vena cava. The right kidney was successfully preserved and
placed into the normal retroperitoneal position. Final histologic
examination identified the tumor as an angiomyolipoma
(Figure 2). At 4-month postoperative follow-up, the patient
was asymptomatic. Enhanced abdominal CT showed no
evidence of tumor recurrence and the replaced right kidney
was fully functional (Figure 3).
DISCUSSION
Extrarenal angiomyolipoma is an uncommon disease entity.
The liver and uterus appear to be the most common locations
[1]. Extrarenal retroperitoneal angiomyolipomas are rare
and result in a higher incidence of hemorrhagic shock than
renal angiomyolipomas [2]. To our knowledge, only seven
cases have been reported in the literature. The age
distribution of these reported cases was wide (28–73 years),
and females were more frequently involved than males [1–
6]. Most of the reported cases required surgical intervention
to control hemorrhage, but generally underwent
nephrectomy due to unexpected bleeding during tumor
excision. One previous case was successfully treated without
surgery [3], however, the tumor mass was relatively small
and angiographic embolization was sufficient. In the present
case, we completely excised the giant tumor with successful
preservation of the displaced right kidney. Preoperative
embolization of the feeding arteries and early surgical
intervention are important because they may significantly
reduce the risk of tumor bleeding.
Figure 1. Preoperative abdominal computerized tomography scan shows
a giant (24 × 21 × 16 cm) retroperitoneal fatty tumor displacing the right
kidney ventrally and cranially.
Figure 2. Tumor composed of irregular vessels (V) admixed with smooth
muscle cells (SM) and mature adipose tissue (A). (Hematoxylin & eosin
stain; original magnification, × 8.) Inset: Smooth muscle cells are stained
by smooth muscle actin immunohistochemically. (Immunohistochemical
stain; original magnification, × 20.)
Figure 3. At 4-month follow-up, enhanced computerized tomography
scan of the abdomen reveals no evidence of tumor recurrence and the
replaced right kidney is fully functional.
Giant extrarenal retroperitoneal angiomyolipoma
581Kaohsiung J Med Sci November 2003 • Vol 19 • No 11
Due to the fatty component in both types of tumors, it is
thought to be difficult to differentiate retroperitoneal
liposarcoma from angiomyolipoma. As the vast majority of
fatty tumors in the retroperitoneum are liposarcomas,
pathologists may be misled to diagnose this rare benign
fatty tumor as a malignancy [7]. However, there are some
descriptions in the literature of the use of CT to differentiate
these two entities. While retroperitoneal angiomyolipomas
generally arise from perinephric fat, liposarcomas are
usually outside Gerota’s fascia [8]. Multiple angiomyo-
lipomas are more common than intrarenal metastasis from
retroperitoneal liposarcomas [9].
This case illustrates the difficulties in the diagnosis of
retroperitoneal angiomyolipoma. Although ultrasonography,
CT, and angiography have improved the accuracy of
preoperative diagnosis,  these tumors are often
indistinguishable from other malignant lesions such as
liposarcomas. Early surgical intervention is critical for a
retroperitoneal tumor of this size. Selective embolization
without tumor excision may only result in a limited resolution
of the tumor; it is practical only if the lesion is benign. While
needle biopsy can determine the nature of the tumor, the risk
of bleeding during this procedure is high [5,6]. We recommend
early surgical intervention to prevent massive bleeding and,
most importantly, to preserve the displaced kidney.
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